ABSTRACT Kikuchi-Fujimoto disease (KFD) or Kikuchi histiocytic necrotizing lymphadenitis, is an extremely rare, benign and self-limiting disease which can be confused with lymphoma and sometime with infections such as tuberculosis. It has also been infrequently reported in association with autoimmune diseases. KFD shares sex and age predisposition as well as histological features with systemic lupus erythematosus. The co-existence of KFD with primary Sjögren's syndrome has only been rarely reported. Here we describe the case of a 33-year-old woman who was diagnosed with KFD and also found to have primary Sjögren's syndrome.
LEARNING POINTS
• To understand the relationship between Kikuchi-Fujimoto disease (KFD) and Sjögren's syndrome.
• KFD shares some characteristics with autoimmune diseases.
• It is important to maintain a high index of suspicion of Sjögren's syndrome and diffuse lymphadenopathy in patients with KFD. KEYWORDS Kikuchi-Fujimoto disease, Sjögren's syndrome, necrotizing histiocytic lymphadenitis CASE DESCRIPTION A 33-year-old Indian woman had a 10-year history of hyperprolactinaemia treated with cabergoline. She presented with a painless right inguinal lump of 2 months' duration, which was increasing in size but not tender. She felt generally well and reported no fever, night sweats, weight loss or any changes in appetite. Examination was unremarkable apart from a short history of dry eye. The patient denied recent travel or a history of tuberculosis. Ultrasound of the abdomen and pelvis revealed multiple enlarged necrotic-appearing retroperitoneal and right pelvic lymph nodes. A CT of the chest and abdomen confirmed these findings. A biopsy of the right groin mass revealed multiple granulomas composed of epithelioid histiocytes and scattered giant cells with central areas of necrosis (Fig. 1) . ZN staining was negative for acid-fast bacilli, Grocott staining was negative for fungi and cytology was also negative. The provisional diagnosis was Kikuchi-Fujimoto disease (KFD). However, in view of the patient's history of dry eye and lymphadenopathy, immunology testing was conducted and was positive for ANA speckled type, anti-RO and anti-LA with a high IgG of 2140 mg/dl and a high ESR of 47. These findings supported a clinical and biochemical diagnosis of primary Sjögren's syndrome. Clinical and laboratory investigations did not suggest any other types of connective tissue disease. The renal profile, liver profile, ferritin, C3 and C4 were all normal. The patient was negative for anti-double strand DNA, ANCA and RNP.
